J D (boy born 14.7.64) and his sister P D (girl born 18.12.65) are the two oldest children of healthy unrelated English parents of normal stature. Their great-grandfather's brother had 2 children both of short stature. Both J D and P D were delivered normally at 42 weeks' gestation weighing 3800 g and 3410 g respectively. Both recorded normal developmental milestones. Neither has had varicella. They presented in 1970 for investigation of short stature. On examination: Each child has equally proportioned dwarfism. Both standing and sitting heights are below the 3rd percentile. J D: Hair blond but not sparse. Individual hairs are microscopically narrow and lack a central pigment core. Skull normal in shape and circumference. Fingers short; limitation of extension of both elbows; moderate lumbar lordosis. The remaining systems reveal no abnormality and intelligence is normal. P D: Hair fair ginger colour, not sparse but of reduced calibre with absent pigment core. Skull normal in shape and circumference. Limitation of extension of elbows; spine of normal shape. Intelligence normal. Laboratory studies: No biochemical abnormality demonstrated. Both children showed normal delayed hypersensitivity to candida antigens and normal lymphocyte transformation after activation with phytohmmagglutinin, pertussis and diphtheria antigens. Immunoglobulin levels normal. Total and differential blood cell counts revealed no neutropenia or lymphopenia. 'Present address: The Children's Hospital, Western Bank, Sheffield, S10 2TH Radiology: Both children show similar radiological features. Skulls normal. Bone age retarded by approximately twelvemonths. Irregularsclerosis of metaphyses of all long bones; changes most marked in femur and tibia where metaphyseal translucencies are present. The long bones are short relative to their girth. There is cupping of the metaphyses of the short bones of the hands and feet. The height of individual vertebral bodies is reduced relative to the sagittal diameter.
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Discussion
Cartilage-hair hypoplasia is a rare form of autosomal recessively inherited metaphyseal dysplasia. The syndrome was first described by McKusick et al. (1965) . There is a basic abnormality of bone growth due to a defect in the formation ofcartilage cells most marked in the metaphyses of the long bones. The individual hairs are of narrow calibre and lack a central pigment core. The clinical features are: short-limbed dwarfism, fine sparse hair, abnormal susceptibility to viral infections (varicella), malabsorption syndrome, aganglionic colon, normal intelligence and autosomal recessive inheritance.
Two siblings with a recessively inherited metaphyseal dysplasia are here described. They differ from the cases reported by McKusick et al. (1965) in that their dwarfism is equally proportioned and not short-limbed. Their sitting height is below the 3rd percentile, signifying shortening of the spine. The hair is microscopically abnormal. Susceptibility to severe varicella is unlikely with the absence of evidence of abnormal cellular immunity. They are reported as a variant ofcartilagehair hypoplasia and we believe that they are the first examples of this syndrome to be documented in the United Kingdom. 
